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Klein Levin Syndrome is a Steroid-responsive, Non-N-methyl-D-aspartate  
Receptor-mediated Encephalitis
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Background:	Klein	Levin	syndrome	is	a	rare	neuropsychiatric	disorder	with	periodic	hypersomnia,	
cognitive	and	behavioural	disturbance.	It	 is	postulated	to	be	triggered	by	a	viral	 illness	or	 is	a	post-
infectious	 immune-mediated	encephalitis.	With	an	 increasing	awareness	of	 immune-mediated	
encephalitis	 in	 the	past	10	years,	especially	N-methyl-D-aspartate	 receptor	 (NMDAR)–mediated	
encephalitis,	testing	for	the	presence	of	NMDAR	antibodies	in	patients	with	Klein	Levin	syndrome	might	
give	us	more	understanding	about	the	relationship	between	these	two	disease	entities.	Immunotherapy	
has	not	been	reported	to	be	a	treatment	option.	Current	evidence	suggested	the	use	of	 lithium	to	
improve	the	abnormal	behaviour	with	recovery	of	symptoms	in	patients	with	Klein	Levin	syndrome,	
including	a	decrease	in	duration	of	each	attack	and	frequency	of	relapses.
Methods:	A	15-year-old	boy	with	Klein	Levin	syndrome	presented	with	episodic	attacks	of	repetitive	
excessive	masturbation,	hypersomnia,	 short-term	memory	 loss,	compulsive	water	drinking,	and	
fluctuation	in	blood	pressure	was	being	investigated.	Clinical	course	and	treatment	was	given	to	the	
patient.
Results:	 Intravenous	pulse	methylprednisolone	was	given	for	3	days,	 followed	by	a	4-week	course	
of	oral	prednisolone.	The	boy	went	into	complete	remission	few	days	after	treatment.	However,	the	
neuropsychiatric	symptoms	recurred	twice	upon	tapering	of	the	oral	steroid.	Again,	complete	remission	
could	be	achieved	after	optimising	the	dose	of	oral	prednisolone	back	to	1	mg/kg/day.	Currently,	his	
condition	is	well	controlled	with	lithium	while	oral	prednisolone	was	successfully	tailed	off.
Conclusion:	This	 is	the	first	reported	case	on	the	successful	treatment	of	Klein	Levin	syndrome	with	
steroid.	We	would	like	to	support	that	Klein	Levin	syndrome,	a	neuropsychiatric	disorder,	is	a	steroid-
responsive	immune-mediated	encephalitis.	However	the	underlying	mechanism	is	not	NMDAR	antibody	
mediated.	Further	study	on	a	larger	group	of	patients	would	help	to	elucidate	the	underlying	aetiology,	
treatment	and	the	prognosis	of	this	disease.
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